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The Treacher-Collins syndrome (TCS) is an autosomal dominant facial malformation with variable penetrance and is also known as zygoauromandibular dysplasia or mandibulofacial dysostosis (MFD) . '4 This bilateral anomaly represents a cluster ofmalformations resulting in zygomatic, temporoaural, and mandibular dysplasia. It was first reported by Berry in 18895 in a mother and daughter. Rogers,3 and Franceschetti and Klein' further clarified the clinical findings in their case reports. Most patients with TCS are ofnormal intelligence, but may be socially affected owing to their appearance or appear retarded secondary to hearing loss.
TCS is characterised by hypoplasia and retrusion of the malar region, obliteration of the frontonasal angle, and a receding chin. Protrusion of the nose and maxilla may produce an enophthalmic appearance. The inferior lateral angle of the orbit is defective and the superolateral part of the orbit is displaced caudally giving the orbit an egg shaped appearance. The orbital contents appear displaced into the deficiency created by the malar hypoplasia'l (Fig 1) .
Ocular abnormalities include pseudocolobomas (hypoplastic subcutaneous tissue, and muscle) and true colobomas (full thickness absence of tissue) of the lids, especially inferolaterally, canthal Ametropic refractive errors were defined as hyperopia greater than +2 00 sphere, myopia greaterthan-0 -75 sphere, or astigmatismgreater than 0 75 dioptres at any examination. Anisometropia was defined as greater than 1 50 dioptres difference between the eyes in any meridian at any examination.
Results
Twenty four of 329 (7%) patients or 17% of patients excluding craniofacial stenoses, tumours, and trauma were diagnosed with TCS. Patient age at first examination ranged from 2 5 months to 20 years (median 2-7 years). Fourteen patients were male. All patients examined in this study had some ocular and adnexal abnormality (Table 1) . Refractive errors were present in 14 (58%) patients. Five patients had anisometropia, 13 had mixed astigmatism, and one had simple myopia.
Ten eyes (21%) in nine (37%) patients had or have abnormal vision. Eight eyes in eight patients (33%) had amblyopia at some time during their evaluation and follow up as part of the craniofacial clinic. One patient having 20/200 visual acuity bilaterally by Teller acuity card testing had central visual impairment (post-chiasmal dysfunction of unknown aetiology) and was also 
Discussion
The TCS belongs to a group of craniofacial anomalies having in common maldevelopment of the first and second branchial arches.' 116 Characteristic clinical, familial, and chromosomal findings justify separation ofthis syndrome from other abnormalities in development of the first and second branchial arches. The others include facial clefting syndromes, Goldenhar's syndrome, facial microsomias, Miller's syndrome (digit and limb abnormalities, and acrofacial dysostosis), and Nager's syndrome (radial limb deficiencies).'5 16 Franceschetti and Klein' suggested a classification system consisting of five clinical forms: (1) the complete form, having all known features, (2) the incomplete form, presenting variably with less severe ear, eye, zygoma, and mandibular abnormalities, (3) the abortive form, in which only the lower lid pseudocoloboma and zygoma hypoplasia are present, (4) the unilateral form, with the anomalies limited to one side of the face regardless of severity, and (5) the atypical form or incomplete form combined with other abnormalities not usually part ofthe typical syndrome.
They reported that the most common forms were the typical and atypical (1 and 5) varieties.'2412 The existence of the unilateral form has been challenged and' may actually represent a type of facial microsomia which is often unilateral and shares many common features with TCS. 7 18 This classification system represents a spectrum ofvariability in the clinical presentation of this malformation. This system is presented for historical purposes as the functional and cosmetic consequences and treatment options do not depend on one or another form.
The aetiology of the facial defects in TCS are This report summarises the ocular and visual consequences of a malformation related to but not directly affecting the eye. This emphasises the intimate developmental relationship of all cranial and facial structures during embryogenesis. Visual acuity, amblyopia and its response to treatment, refractive errors, strabismus, add to the adnexal abnormalities frequently described with this syndrome thus characterising the full spectrum of ocular involvement.
Early ophthalmic examination to diagnose and treat refractive errors and strabismus will aid in detection of preventable causes of vision loss. This loss is most likely the result of amblyopia. Vision can improve with treatment but normal acuity was not obtained in most of the affected eyes. The need for aggressive amblyopia treatment, persistent encouragement and support of this treatment, and return visits to monitor compliance are essential to restore or prevent visual loss.
